Congenital agenesis of the parotid gland is rare, and its association with accessory parotid tissue is even rarer. We report an unusual case of unilateral agenesis of the left parotid gland associated with pleomorphic adenoma of the left accessory parotid gland. To best of our knowledge, this is only the second such published case in the literature.
Introduction
Congenital agenesis of major salivary glands is a rare entity with unclear etiopathogenesis. [1] [2] [3] [4] [5] [6] [7] Pleomorphic adenoma arising from an accessory parotid gland is also rare. We report an unusual case of unilateral agenesis of the left parotid gland associated with pleomorphic adenoma of the left accessory parotid gland, demonstrated on computed tomography (CT).
Case report
A 41-year-old man presented to the hospital with a 6-year history of painless swelling of the left cheek. He had no complaints of dry mouth or dry eyes. His medical and family history was unremarkable. Clinical examination revealed a solid, nonmobile, nontender, 3 × 3-cm lesion overlying the left masseter muscle. On intraoral examination, the left parotid papilla was absent. The right parotid and bilateral submandibular papillae were normal, with no signs of inflammation. Salivation was adequate, and the dental decay rate was not excessive.
Contrast-enhanced CT revealed only fat in the left parotid fossa, suggestive of agenesis of the parotid gland.
The right parotid gland and bilateral submandibular glands were normal. A heterogeneous lesion was seen overlying the left masseter muscle anterior to the parotid fossa (figure 1).
A 99 Tc m -pertechnetate scintiscan showed normal uptake and excretion of the radionuclide by the right parotid, bilateral submandibular glands, and the minor salivary glands of the oral and nasal cavity. Radiotracer activity was absent in the left parotid fossa and in the region of the mass, suggesting no functioning tissue in the accessory parotid gland (figure 2). Fine-needle aspiration biopsy of the mass revealed a pleomorphic adenoma. No other related anomaly was seen. A diagnosis of left parotid agenesis with pleomorphic adenoma arising from the accessory gland was made.
Surgery was planned. A standard facelift incision was made, and the dissection was continued anteriorly in a plane superficial to the parotid fascia. The parotid fossa contained fat. Facial nerve branches near the accessory parotid gland were identified and dissected. The accessory parotid gland was excised. The ductal system of the accessory gland could not be identified. Postoperative histopathology confirmed the diagnosis of pleomorphic adenoma.
Discussion
Gruber first described congenital agenesis of the major salivary glands in 1885. Since then, approximately 31 cases of aplasia of the salivary gland have been reported. [1] [2] [3] [4] [5] [6] [7] Congenital absence may involve the parotid gland or a combination of the major salivary glands; it may be partial or total, unilateral or bilateral. Salivary gland aplasia may exist alone or in association with other anomalies, particularly defects in the lacrimal apparatus. 3 No other congenital anomaly was seen in our patient.
The cause of congenital absence of salivary glands has not been determined, but it may be associated with ectodermal defects of the first and second branchial arches. Unilateral aplasia is usually asymptomatic or may manifest as facial asymmetry, absent papillae, or dental disease secondary to reduced salivary flow. 5 The disorder is more common in males. 6 Accessory parotid gland is salivary tissue separated from the main parotid gland and lying on the masseter muscle. In a postmortem study, the prevalence of accessory parotid gland was reported to be 21%, and it was found to be located approximately 6 mm anterior to the main parotid gland. 8 Ectopic accessory gland terminology should be used if the gland lies below, far anterior to its usual position and has a separate ductal opening. Ectopic accessory glands are usually located along the anterior border of the masseter or in the buccal space. 9, 10 No appreciable histopathologic differences are seen between the accessory gland and the main gland, and the accessory gland may be affected by a similar disease spectrum as the main gland. 8, 11 Tumors of the accessory lobe of the parotid gland are rare. Between 1 and 7% of all parotid neoplasms arise from the accessory glands, and 50% of these are histologically malignant. 12 The most common benign tumor in the accessory parotid gland is the pleomorphic adenoma, a slowgrowing, well-encapsulated neoplasm. Surgical resection is the treatment of choice for the accessory parotid gland tumor. 13 An association between accessory glands and parotid agenesis has been previously reported. [4] [5] [6] One case of cystic pleomorphic adenoma of an accessory parotid gland with parotid agenesis was described by Whyte and Hayward. 7 Agenesis of salivary glands should be suspected in patients with complaints of xerostomia, dental caries, and difficulty in wearing dentures. Clinical suspicion should arise when papillae of salivary ducts are absent. CT and magnetic resonance imaging (MRI) demonstrate that anatomically absent salivary glands and glandular fossae are replaced by fat. Accessory parotid parenchyma may also be detected. 99 Tc m -pertechnetate scintiscan is complementary and shows the functional salivary and lacrimal tissue. The diagnosis of agenesis can be established by CT/MRI and 99 Tc m -pertechnetate scintiscan. Figure 1 . Axial CT demonstrates the agenesis of the left parotid gland (arrowhead) and heterogeneous lesion seen overlying the left masseter muscle (arrow). Figure 2 . 99 Tc m -pertechnetate scintiscan demonstrates normal uptake of radioactive isotope over the right parotid and bilateral submandibular glands. There is no uptake in the left parotid gland and accessory parotid gland.
